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Background
Autoimmune disease and immunodeficiency in the same
patient can be a diagnostic dilemma but there is evi-
dence of these conditions occurring simultaneously.
Case
A 41-year-old male presented with abdominal pain, diar-
rhea, weakness, and shock. He was diagnosed with car-
diac tamponade, underwent pericardial drainage and
initiation of broad-spectrum antibiotics.
The patient had a recent admission with bilateral
pleural effusions, with negative infectious and malig-
nancy workup. Macrocytic anemia, increased white
blood cells, incidental abdominal abscess and splenic
infarcts were found during this admission.
Investigations again demonstrated elevated white
blood cells (53.8% neutrophils, 12.1% lymphocytes,
29.7% monocytes) and anemia. Autoimmune workup
was unremarkable except for presence of atypical
ANCA and lupus inhibitor. Bone marrow biopsy was
non-specific. He had low IgM and IgG levels suggesting
a diagnosis of Common Variable Immunodeficiency
(CVID). He received intravenous Solumedrol after his
respiratory status deteriorated. He improved and was
transitioned to prednisone, but a pathogen was never
found.
His positive response to steroids with worsening symp-
toms with prednisone taper initiation suggested that this
was an autoimmune process. He was started on Hydroxy-
chloroquine and intravenous immunoglobulin by Rheu-
matology. However he was subsequently diagnosed with
Chronic Myelomonocytic Leukemia (CMML) based on
cytogenetic studies by Hematology. Current treatment
includes hydroxyurea and prednisone.
Discussion
This patient demonstrates the challenge of diagnosing
autoimmunity in a patient with low levels of immuno-
globulins such as in CVID. How to interpret autoim-
mune antibody titres in autoimmune conditions is
unknown. Most literature describes immunodeficiency
being diagnosed after the autoimmune condition [1] and
often after immunosuppressant use. Studies on systemic
lupus erythematosus and CVID have shown low levels
of autoantibodies after immunodeficiency diagnosis.
Conclusion
This case indicates the dilemma of excluding autoimmune
disease in CVID. Although CMML was present, its presen-
tation was atypical and is not known to be associated with
CVID.
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